Abstract A 13 year old boy, developed bilateral facial weakness, dysphonia and dysphagia acutely after a febrile illness. Neurological examination and MRI of the brain were normal. The CSF protein level increased. Blink reflex monitoring during clinical recovery was consistent with demyelination of the lower cranial nerves innervating the branchial arch musculature, a rare variant of Guillain-Barre syndrome. inability to protrude the tongue beyond the dental arch. Sternocleidomastoid and trapezius muscle strength were preserved. Individual eye movements and both pupil reaction to light and accommodation were normal. His gait was slightly unsteady. The tendon reflexes were present in all four limbs. Cutaneous reflexes were normal. Joint position sense, pinprick and light touch sensation were normal, and no sensation disorders were detectable in territories depending on the fifth and lower cranial nerves.
Patient report A 13 year old boy with no history of neurological or infectious disease presented with a period of generalised weariness. After a short non-specific rise in temperature which settled spontaneously without any other systemic symptoms, he experienced unpleasant sensations affecting the tongue and oral cavity, lasting for two days. At the same time his speech became slurred and he began to complain of difficulty in swallowing. On day 6 after onset the CSF (albumin 200 mg/l, 1 cell/ul) and CT scan were normal. On admission on day 8 he was alert and orientated. He showed a symmetrical facial diplegia with Bell's phenomenon, marked impairment of mastication and deglutition, aphonia, palatal palsy, reduced lateral movements of the tongue and inability to protrude the tongue beyond the dental arch. Sternocleidomastoid and trapezius muscle strength were preserved. Individual eye movements and both pupil reaction to light and accommodation were normal. His gait was slightly unsteady. The tendon reflexes were present in all four limbs. Cutaneous reflexes were normal. Joint position sense, pinprick and light touch sensation were normal, and no sensation disorders were detectable in territories depending on the fifth and lower cranial nerves.
The The patient may have been affected by a cranial nerve variant of Guillain-Barre syndrome. The neurological features were strictly confined to muscles innervated by the 5th, 7th, 9th, 10th and 12th pairs of cranial nerves. Interestingly, all these nerves, except for the 12th pair, innervate muscles of specific embryological origin, that is, the branchial muscles; conversely, the 12th pair innervates muscles included in the somitic group, which are functionally similar to spinal-nervedependent muscles. From the functional, as opposed to the anatomical point of view, our patient may represent a typical case of polyneuritis cranialis as proposed by Asbury.2
